SUMMARY
Cloacal dysgenesis sequence (CDS) is a rare congenital anomaly. It is characterised by a smooth perineum with absence of anal and genitourinary orifices, with reported incidence of 1:50 000-250 000 births. Association with bilateral renal agenesis is still rarer and resultant severe oligohydramnios is associated with pulmonary hypoplasia. Only a few cases of CDS with bilateral renal agenesis have been reported in the English language literature, with associated pulmonary hypoplasia as a default phenomenon. We report a case of CDS and bilateral renal agenesis without associated pulmonary hypoplasia in a twin pregnancy, which, to the best of our knowledge, is the second reported case of this amalgamation.
CASE PRESENTATION
A 10 h-old new-born, one of twins, born to a primigravida mother at 35 weeks gestation, presented with a smooth perineum showing absence of anal, genital and urinary orifices. 1 2 Level-1 antenatal ultrasonography (USG) at 22 weeks of gestation had revealed a monoamniotic twin pregnancy with adequate liquor without any associated anomalies. There was no history of consanguinity. The baby was pink, haemodynamically stable and breathing well. On examination, there was no formation of female or male genitalia and the anal orifice was also absent. Only a small nubbin of tissue was present in the perineum (figure 1). The other twin was a girl with a normal perineum and no obvious congenital anomaly.
Abdominal USG showed absence of both kidneys and a dilated bowel loop on the left side of the abdomen. A radionuclide ethylene di-cysteine scan was performed to confirm the findings of USG. It also showed a complete absence of renal uptake of radionuclide on both sides (figure 2). Other associated anomalies included fifth lumbar hemivertebra and sacral hypoplasia ( figure 3 ). Biochemical renal function tests of the affected baby were normal on the first day of life, probably because of a placental filtration effect. The parents were advised on the severity of the defect and they opted to discontinue the treatment. The child died at home on day 13 of life. The parents were recommended autopsy but did not agree to it.
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GLOBAL HEALTH PROBLEM ANALYSIS
Cloacal dysgenesis sequence (CDS) is characterised by a smooth perineum with absence of anal, genital and urinary orifices, with non-development of labioscrotal structures; the colon, bladder and vagina end blindly. The defect has also been described as full urorectal septum malformation sequence (URSMS) by Escobar et al, 2 who hypothesised that the cause of this septum malformation is failure of the urorectal septum to migrate downwards and fuse with the cloacal membrane. However, the new theory of differential mesenchymal growth is now widely accepted, hence the condition is better known as CDS rather than URSMS sequence. 3 The defect probably arises due to disturbance of the structures derived from the caudal mesodermal axis of embryo or mesodermal disturbance early in gestation. 4 The caudal mesodermal defects give rise to anal, genital and spinal disturbances. 5 6 Renal agenesis is the consequence of failure of differentiation of the metanephric blastema during the 25-28th day of development, and both the ureters, kidneys and renal arteries are absent. Genetic or environmental teratogens may affect pathways that are critical to both renal and extrarenal development. Some groups proposed that CDS might result from twinning, possibly due to an insufficient number of cells in the gastrulation stage to populate two separate embryos. About 100 cases with morphological abnormalities have been reported in the English language literature. 3 7-9 These fetuses usually have renal insufficiency leading to oligohydramnios and pulmonary hypoplasia. Wheeler et al 7 reported 80% incidence of pulmonary hypoplasia in CDS. Despite lacking renal function, our patient did not have pulmonary hypoplasia, as the amniotic fluid production by the normal fetus in this case compensated for deficiency of amniotic fluid for the fetus with CDS ( figure 4) , similar to the cases reported by Koffler et al 4 and Berry et al. 10 The different points from these cases were that those twins were of a diamniotic type. As mentioned by Mukhtar et al, 11 there are about 22 reported cases of CDS or related anomalies in twins. But CDS or complete URSMS in twins has been reported to be very rare.
Renal agenesis is associated in 50% of cases of CDS. 12 Eighteen cases of bilateral renal agenesis associated with CDS have been reported, of which only one was a twin pregnancy. 7 9 Our patient had bilateral renal agenesis in addition to a smooth perineum and absent perineal openings.
On antenatal USG, distended bowel loops, over-distended urinary bladder with absence of keyhole sign or nonvisualisation of bladder and external genitalia in the presence of oligohydramnios should alert the physician to the possibility of CDS. However, visualisation of the external genitalia may be difficult in the presence of a severe oligohydramnios. 8 Fetal MRI is better than USG in delineating anatomical details, associated anomalies and pulmonary hypoplasia. Prenatal diagnosis of this condition is essential as it is usually lethal; parents should be advised regarding the poor prognosis and counselled for termination of pregnancy. CDS should be suspected in a karyotypically male fetus with antenatal imaging features of obstructive uropathy without normal demonstration of phallus. 13 After birth, the child should undergo ultrasound of the abdomen, radionuclide scan and radiographs, to know the status of the kidneys, skeletal anomalies and bowel distension. Chromosomal analysis will help in gender assignment early in life. The child with bilateral renal agenesis would need renal transplantation to survive. Although CDS is fatal, patients with patent urachus or other means of draining urine may be spared of the lethal secondary effects when underlying kidneys are normal. 14 Survival beyond 1 year of age was reported only in five cases up to 2012, when Yanai et al 15 reported a 12-year-old female survivor of CDS undergoing antenatal intervention in the form of a vesicoamniotic shunt followed by postnatal staged surgical procedures. 8 11 The literature review regarding association of CDS with multiple gestations is presented in table 1.
In summary, CDS with bilateral renal agenesis is a lethal combination. If suspected on antenatal USG, termination of pregnancy is advisable. 16 If these babies are born alive, presence of renal tissue should be confirmed before subjecting them to surgical interventions for CDS. The role of early antenatal intervention in CDS without renal agenesis to preserve renal function and prevent pulmonary hypoplasia needs to be evaluated in view of few reported survivals.
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